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The condition appears to be congenital and may be familial. The incidence
occurrence of a significantly higher incidence of cousin-marriages among
the parents of affected patients than is normal in the general population
has suggested the possibility that the defect is transmitted as a Mendelian
recessive.
^ The condition is widely distributed, as in the few years during which Geographical
it has been recognized cases have been reported from Germany, Holland, dl'stribu*l'<>n
America, England, Australia, Chile, and other countries. With the
possible exception of Bauza's two Chilean cases, however, the condition
docs not appear to have been noted in the Latin races.
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fig. 126.—Effect of injection of 5 minims of a 1 in
1,000 solution of adrenaline hydrochloride on
blood-sugar of patient with glycogen disease	,
and of normal control of same age —. (By
courtesy of Dr. W. W. Payne)
The biochemical findings are characteristic. Glycogen is not only stored
in the tissues in excessive amount but can only with difficulty be liber-
ated into the blood-stream as glucose. This results in a consistently low
figure (usually 0-06 mgm. per 100 c.c. or less) for the fasting blood-sugar. Blood-sugar
The defective  liberation
of glycogen is well shown
by the adrenaline test (see
Fig, 126). Whereas in the
normal child the injection
of 5 minims of a 1 in
1,000 solution of adrena-
line hydrochloride results
in a rise of blood-sugar
of at least 30 mgm. per
100 c.c. in half an hour,
in the patient with glyco-
gen disease the  rise is
much delayed, slight in
amount,   or    altogether
absent.
It might be expected
that, with the blood-
sugar at hypoglycaemic
levels, symptoms of hypo-
glycaemia, such as incoordination and convulsions, would be common Absence of
in glycogen disease, particularly after exercise, when the demands for ^^emic
available glucose are increased, but this is seldom seen. Convulsions symptoms
have occurred in a few of the recorded cases, and others have shown
lassitude and emotional instability. Usually, however, these patients
are able to take active exercise without provoking symptoms. Never-
theless, it has been suggested that the retardation of growth, so common
in glycogen disease, may be related to the prolonged starvation of the
tissues in regard to available glucose.

